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Summary
Klippel-Trenaunay-Weber syndrome (KTWS) is a rare syndrome characterized by three 
symptoms: hypertrophy of bones and soft tissues of limbs, varicose veins, and capillary 
malformation (CM). It is generally considered to be a unilateral disease that does not in-
clude the maxillofacial region, but there is also a report that unilateral hypertrophy simi-
lar to that of the extremities occurred in the maxillofacial region.
In this case report, we examined the morphological characteristics of the maxillofacial 
skeleton from the materials for orthodontic treatment of two patients diagnosed with 
KTWS. In both patients, a large laterality was observed in the maxillofacial skeleton, and 
a congenital lack of the second premolar of the mandible was confirmed. In addition to this 
syndrome, there are reports of congenital absent mandibular second premolars associated 
with KTWS, suggesting that KTWS may be characterized by morphological laterality in 
the maxillofacial skeleton and symptoms with congenital absence of teeth.
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表 1：症例 1と症例 2の萌出永久歯歯冠幅径（mm）と左右の比（R/L）
症例 1 症例 2
上顎 右側（R） 左側（L） R/L 右側（R） 左側（L） R/L
中切歯 8.5 7.5 1.13 9 8.5 1.06
側切歯 7.5 7 1.07 8 6.5 1.23
犬歯 8.3 7.7 1.08 8.6 8.5 1.01
第一小臼歯 7.4 6.8 1.09 7.5 7.5 1
第二小臼歯 7 6.3 1.11 7.2 NQ NQ
第一大臼歯 11 10.5 1.05 11 10.7 1.03
下顎 右側（R） 左側（L） R/L 右側（R） 左側（L） R/L
中切歯 5.3 5.1 1.04 5.5 5 1.1
側切歯 MT 5.8 NQ 5.7 5.5 1.04
犬歯 6.6 6.8 0.97 7.1 6.8 1.04
第一小臼歯 7 7.7 0.91 7.5 7.2 1.04
第二小臼歯 MT MT NQ 7.5 NQ NQ
第一大臼歯 10.5 11.5 0.91 12 11.6 1.03
NQ：Non–Quantifiable
MT：Missing Tooth










図 3：症例 1のパノラマ X線像
*永久歯先天欠損部
表 2：症例 1と症例 2の側面セファロ計測値
症例 1 症例 2
FMA 33 31.5
IMPA 85 99



















図 5：症例 1の PAセファロトレースの図
正面正中線（Y）の右側（R）と左側（L）のそれぞれの部での幅（矢印）の長さを計測した．
表 3：症例 1と症例 2の PAセファロ計測値の左右の比較
症例 1 症例 2
計測部 R L R/L R L R/L
MCB（t） 78 73.5 1.06 89 82 1.08
Lo 49 45.5 1.07 49.5 49.5 1
Cd 53 53 1 63 56.5 1.12
cMoU 30 30 1 34 30.5 1.11
cMoL 25.5 25.5 1 32.5 30 1.08




































































































































1 ）Klippel M and Trenaunay P （1990） Memoires 
originaux: du noevus variqueux osteo–hyper-
trophique. Arch Gen Med Tome III: 641–72.
2 ）内田智夫（2007） Klippel–Trenaunay症候群と
随伴病変．静脈学 18：253–6.
3 ）Gloviczki P and Driscoll DJ （2007） Klippel–
Trenaunaysyndrome: current management. 
Phlebology 22：291–8.
4 ）Zhang T, Yao Y, Wang J, Li Y, He P, Pasupu-
leti V, Hu Z, Jia X, Song Q, Tian XL, Hu C, 
Chen Q and Wang QK （2016） Haploinsuffi-
ciency of Klippel–Trenaunay syndrome gene 
Aggf1 inhibits developmental and pathological 
angiogenesis by inactivating PI3K and AKT 
and disrupts vascular integrity by activating 
VE–cadherin. Hum Mol Genet 25：5094–110.　
5）Redondo P, Aguado L and Martínez–Cuesta A 
（2011） Diagnosis and management of exten-
sive vascular malformations of the lower limb: 
part I. Clinical diagnosis. J Am Acad Derma-
tol 65：893–906.
6 ）Cohen MM Jr. （2000） Klippel–Trenaunay syn-
drome. Am J Med Genet 93：171–5.
7 ）Oduber CE, van der Horst CM and Hennekam 
RC （2008） Klippel–Trenaunay syndrome: diag-
nostic criteria and hypothesis on etiology. Ann 
Plast Surg 60：217–23.
8 ）Huang WJ and Creath CJ （1994） Klippel–Tre-
naunay–Weber syndrome: literature review 
and case report. Pediatr Dent 16：231–5.
9 ）Mueller–Lessmann V, Behrendt A, Wetzel 
WE, Petersen K and Anders D （2001） Orofa-
cial findings in the Klippel–Trénaunay syn-
drome. Int J Paediatr Dent 11：225–9.
10）Speicher U and Schwarze CW （1989） Klippel–
Trenaunay syndrome –an embryonic develop-
mental disorder. A case report with reference 
the orthodontic symptoms. Fotschr Kieferor-
thop 50：565–76.
11）Hakan O, Ismail Marakoglu, Melih Akyol, O 
Fahrettin Goze and Ulvi Kahraman Gurosoy 
（2010） Klippel–Trenaunay syndrome manifest-
ing as gingival overgrowth and teeth agenesis. 
J Clin Pediatr Dent 34：351–4.
12）Enjolras O, Chapot R and Merland JJ （2004） 
Vascular anomalies and the growth of limbs: a 





14）Hassan Vahidnezhad, Leila Youssefian and 
Jouni Uitto （2016） Klippel–Trenaunay syn-
drome belongs to the PIK 3 CA–related over-







17）Weber FP （1907） Angioma formation in con-
nection with hypertrophy of limbs and hemi-




川原良美，他：Klippel–Trenaunay–Weber syndrome 2 症例の顎顔面頭蓋の歯科矯正学的特徴66
